Introduction: Juvenile-onset systemic lupus erythematosus (SLE) is one of the most common systemic autoimmune connective tissue disorders in children. Studies focusing on the mucocutaneous manifestations of childhood lupus are scanty in literature. Objectives: This study was an attempt to describe the cutaneous changes seen in Pediatric Lupus and to correlate with the histopathological and immunofluoresecence findings. Methods: This was a retrospective study. All children under the age of 18 years who were diagnosed to have SLE according to the ACR criteria and presented to the dermatology outpatient department during a period of 1 year were included in the study. Details including clinical features, investigation findings including immunological tests and skin biopsy findings were noted. The analysis was performed using descriptive statistical tools such as percentage and frequency. Results: A total of 14 cases, average age at presentation was 10.14 years. Among the cutaneous manifestations, the most common presenting feature was urticarial vasculitis. Malar rash was seen in 57% of cases. Other cutaneous features seen were diffuse alopecia, oral ulcers. Antinuclear antibody was positive in all cases. Conclusion: Pediatric lupus tends to have a more aggressive course than adult lupus. Early diagnosis and treatment is necessary to prevent progression and development of complications.
Introduction
Juvenile-onset systemic lupus erythematosus (JSLE) is one of the most common systemic autoimmune connective tissue disorders in children. It is estimated that 15%-20% of SLE patients develop signs and symptoms during childhood and adolescence. [1] [2] [3] The incidence of JSLE across the world varies between 0.3 and 0.9/100,000 per year with estimated prevalence between 0.3 and 8.8/100,000. [4] Females are more likely to be affected (male and female ratio; 1:3-1:5) with the peak age of presentation around puberty (median age onset was 12.1). In general, the disease in children follows a more aggressive course and need for prolonged treatment is frequent, which often leads to a greater incidence of therapy-related adverse effects. Studies focusing on the mucocutaneous manifestations of childhood lupus are scanty in literature. This study was an attempt to describe the cutaneous changes seen in pediatric lupus and to correlate with the histopathological and immunofluoresecence findings.
Methods
This was a retrospective chart review. All children under 18 years of age who were diagnosed to have SLE according to the ACR revised criteria (1982) and presented to the dermatology outpatient department during a period of 1 year were included in the study. The history, clinical examination including complete dermatological examination findings were noted in all cases. Relevant blood investigations, immunological workup, skin biopsy, and immunoflourescence findings were noted. A written informed consent was obtained from the parents of patients for the skin biopsy test.
Results
There were a total of 14 cases during the specified study period. The majority of the patients was females (78%). The average age of presentation was 10.14 years. The duration of disease varied from 6 months to 10 years, with average age was 3.6 years. The presenting cutaneous manifestation in majority of our cases
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For reprints contact: reprints@medknow.com was urticarial vasculitis 35% (5) . Other presentations seen were generalized maculopapular rash (14%), palpable purpura (14%), discoid rash (7%), and alopecia areata (7%) [ Table 1 ]. The cutaneous manifestations were divided into lupus erythematosus (LE)-specific and LE nonspecific. LE specific lesions seen were malar rash (57%) [ Figure 1 ] and one case of discoid rash. No case of subacute cutaneous LE (SCLE) was encountered in our series. The LE nonspecific lesions seen were urticarial vasculitis (35%) [ Figure 2 ], alopecia areata 7%, diffuse alopecia (100%), palpable purpura (14%), oral ulcers (21%), and bullous lesions (1 case) [ Figure 3 ]. There was a history of photosensitivity in 35% of cases. Skin biopsy showed leukocytoclastic vasculitis (LCV) in majority of our patients (57%) [Figures 4 and 5] followed by interface dermatitis (14%).The lupus band [ Figure 6 ] was positive in 92% (13/14) . Another interesting feature noted in our series was a conspicuous absence of C3 in deposit in two cases which were diagnosed as hypocomplementemic urticarial vasculitis syndrome (HUVS). Complete blood picture showed anemia in 35%, leukopenia in 21%, and thrombocytopenia in 35%. Erythrocyte sedimentation rate (ESR) was elevated in all cases, mean ESR being 65.
Immunology showed all our cases to be antinuclear antibody (ANA) positive, dsDNA positive in 85% (12 cases) and anti-Sm positivity 28%.
Among the systemic manifestation in our cases the most common was renal manifestations seen in 71% (10 cases). A renal biopsy was done in six cases, of which four cases showed proliferative lupus (class III in 2 cases, class IV in 2 cases). Other renal manifestations seen were microscopic hematuria and subnephrotic proteinuria. Other systemic manifestation seen was arthritis 64% (9 cases), hemolytic anemia 21% (3 cases), and pleural effusion 14% (2 cases).
Discussion
There is a significant variation in clinical manifestations in adult and pediatric lupus cases. Studies from Eastern and Northern India show that pediatric SLE has higher frequency of malar rash, renal manifestations, hematological, and neurological involvements than in adult SLE. On the other hand, photosensitivity and discoid skin lesions are prominent in adult SLE patients [5] The mean age of diagnosis in the present study was 10.14 years, similar results have been reported in a study from Iran. [6] A study from India has reported the mean age of presentation to be 9.2 years. [5] Among the cutaneous manifestations, the most common presenting feature in our study was urticarial vasculitis (35%). The relationship of urticarial vasculitis with connective tissue diseases remains under investigation. It is known that only 2% of patients with the normo-complementemic form of the disease meet the criteria for SLE, whereas in the hypo-complementemic form, up to 50% of patients may have a defined overlapping syndrome. Urticarial vasculitis associated with pediatric lupus is rare and exact incidence is not known. However, urticarial vasculitis was associated with 6.6% in adult lupus according to an Indian study. [7] The disparity in our study may be because our subjects were cases that presented with skin changes to the dermatologist and urticaria is one common reason for such patients seeking a dermatology consultation. Dubois mentioned that development of urticaria in a patient with SLE should lead the physician to carefully evaluate that patient for active systemic disease. [8] Another interesting feature noted in our series was a conspicuous absence of C3 in deposit in 2 cases which were diagnosed as HUVS. These 2 cases were of Arab origin and 1 had a strong family history of SLE. HUVS, or McDuffie syndrome, is a rare disease process that was first described by McDuffie et al. [9] in 1973. Debate surrounds the pathophysiology of HUVS; however, low serum complement measurements in patients indicate the activation of the classical pathway, with low C1q, C4, and variably decreased C3 levels. Serum C1q precipitins were identified and later confirmed to be the autoantibodies against C1q (anti-C1q autoAbs). [10] Diagnosis is confirmed by skin biopsy showing LCV and immunofluorescence showing the absence of C3 in deposits. HUVS is rarely reported in the pediatric population. [11] We encountered two cases of this rare disease probably as this is a tertiary referral care center.
The LE specific lesions that we encountered were Malar rash and Discoid rash. In our case series, the most common type of LE-specific lesion was ACLE where 57% (8 patients) had Malar rash. Other studies have reported similar incidence-Vijay and Parveen, 68%, [12] Thabet et al., 67.6%. [13] There was only 1 case of DLE and no cases of SCLE in our study.
Other studies have reported varying frequencies (chronic cutaneous LE -45%, acute cutaneous LE -34%, SCLE -16%) [14] Among the LE nonspecific lesions the most common encountered type was cutaneous vasculitis. In all patients with SLE, vasculitis has been reported in 10%-20%, and in children this is as high as 42%. [15] Among vascular conditions the commonly encountered condition was urticarial vasculitis as already mentioned above and these cases showed LCV on skin biopsy. The incidence of urticarial vasculitis was 36% in our study and the overall incidence of vasculitis came up to 55% (including other cases of biopsy proven LCV). Other studies have reported 37.5% and 36%, respectively. [12, 14] Diffuse alopecia was seen in all our cases at some point of time. The study by Vijay and Parveen [12] has reported 25% incidence of alopecia. We also encountered a case of a 4 year old child who presented with alopecia areata who on routine workup was found to be ANA and dsDNA positive and diagnosed with SLE. Alopecia areata as a presenting symptom of SLE has not been previously reported in literature and was a unique finding in our case series.
There was one case of bullous disease in our study which was a case who presented with vesicles and bullae in perioral area, abdomen, forearm, and palpable purpura on both legs. Skin biopsy from the vesicle showed subepidermal split and direct immunofluorescence showed linear IgA along EBM. Skin biopsy from palpable purpura showed interface dermatitis with LCV. This case was diagnosed as a case of SLE associated with LABD. This has been previously reported in literature. [16] The presence of ANA in the serum of our patients was detected in all patients (100%). A similar frequency of ANA was also found in many other studies. [12, 13, 15] Anti-dsDNA and anti-Sm are the specific antibodies for diagnosis of SLE. Our cases showed 85% dsDNA positivity, almost similar frequency were detected in other studies. [12, 13, 15] Anti-Sm positivity in our series was 28%, varying results have been noted in various studies Vijay and Parveen [12] reported 12.5% whereas Thabet et al., [13] reported higher incidence 56.8%, the fluctuation in results could be due to different ethnic origins of these patients.
Although the classical feature of skin biopsy in SLE is interface dermatitis we had only 2 cases showing the same in accordance with clinical presentation as only 2 cases presented with generalized maculopapular rash which was probably a generalized ACLE.
The most common skin biopsy finding in our study was LCV which was encountered in 57% of cases which was concordant with clinical presentation as these cases were either clinically having urticarial lesions or palpable purpura.
Direct immunofluorescence (DIF) is a valuable diagnostic auxiliary to histopathology. In our study, lupus band test was positive in 93.8% (13 cases). There is still to date considerable controversy as to the diagnostic and prognostic value of the lupus band test; however, if it is conducted with skin collected from the nonlesional area that is totally protected from the sun, such as the gluteal region or the internal surface of the upper portion of the arm, a positive result with the presence of three or more classes of immunoglobulins or complement has high specificity for SLE. [17] Smith et al., [18] compared DIF findings for normal skin from the deltoid region of 102 patients with SLE and 151 with a range of other rheumatic diseases, found IgM deposits at the dermal-epidermal junction (DEJ), particularly among those with other rheumatic diseases. They concluded that the nature and number of proteins found at the DEJ are important determinants for the specificity and predictive value for a diagnosis of LE. A finding of a single protein, especially IgM, at the DEJ, is of little diagnostic value for SLE.
The most common systemic manifestation in our series was renal involvement (71%) similar results have been observed by Thabet et al. [13] Other studies have reported 52%, [5] 56%, [6] and 50%, [12] respectively.
Conclusion
Childhood lupus generally tends to have a more aggressive course than adult lupus. Cutaneous manifestation may be the presenting feature in many cases so a high index of suspicion is necessary for diagnosis as early diagnosis and treatment may prevent further progression of the disease.
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